The proband (fig 1, 111. 2), a 17-year-old male farmer, was admitted to the Dermatology Department of the University of Catania because of nail loss (fig 2) . At birth his parents had noticed that his nails were uniformly thin and opalescent with longitudinal striations. Lamellar splitting of all nails occurred over the following years until there was almost complete nail loss at 10 years. Apart from the nails, his past history was unremarkable. On examination there were no signs of eczema, lichen planus, or psoriasis on the skin or mucous membranes. Hair and teeth were also normal. No alterations of the patellae or other bones were present. Cultures for dermatophytes and yeasts were repeatedly negative.
was very similar to that of III.2, but the degenerative changes of the dermis were more evident. An additional feature was the marked mononuclear infiltration of the superficial dermis. In some areas this infiltration came into contact with the epidermis without disrupting its basal layer.
Discussion
The features of our patients were the following: (1) involvement of all nails; (2) family history; (3) slow progression; and (4) absence of peculiar histological features. The anomaly present in this family affected four members in three successive generations and showed a dominant pattern of inheritance.
The absence of associated developmental defects allowed us to rule out three other dominantly inherited diseases characterised by dystrophic changes of the nails similar to those in our patients. These are (1) the nail patella syndrome, because of the lack of abnormalities of the patellae and the other bones; (2) pachyonychia congenita, because there was no palmar and plantar hyperkeratosis, follicular keratosis of the skin, leucoplakia, or other ungual lesions; and (3) hidrotic ectodermal dysplasia, because none of our patients had alopecia or hyperpigmented skin. In 1928, Jacobsen9 reported families in which many members had nail dystrophy and alopecia. They probably had hidrotic ectodermal dysplasia.
Nail involvement is also found in some nonMendelian skin diseases. Nails are involved in seven to 66% of patients with alopecia areata.3 Baran et al3 found alopecia areata in five out of six patients with nail dystrophy and thought that the apparently idiopathic twenty-nail dystrophy might actually be a manifestation of alopecia areata. However, it must be stressed that alopecia areata is a non-hereditary disease and that none of our patients had hair abnormalities or had a past history of alopecia.
The nail changes that may be found in psoriasis are quite different from those seen in our patients. They consist mainly of onycholysis and pitting of the nail plate, which resembles a thimble at times. The plate may be opaque, thickened at its distal edge, and detached so that the finger assumes a rush-pith appearance. Approximately one to 10% of patients with lichen planus also show dystrophic changes of the nails. These vary from slight roughening and ridging of the nail surface to total destruction and atrophy.10 Even if lesions are rare in childhood and are usually accompanied by typical lichen planus of the skin elsewhere,10 a variety of lichen confined to the nails has been reported." Moreover, unequivocal histological signs of lichen planus were found in two unrelated patients with isolated nail dystrophy. [4] [5] [6] [7] [8] [9] [10] It has therefore been suggested that twenty-nail dystrophy is actually a variant of lichen planus. 4 We do not think that this interpretation may be applied to our patients for the following reasons.
(1) None of the most common signs of nail lichen planus (longitudinal ridges and furrows, thinning of nail plate, pterygium, violet lines or papules in the nail bed visible through the nail plate, severe inflammatory reaction of the nail matrix and bed)10 was present in our patients. ( 2) The lesions of lichen planus rarely involve all the toe and finger nails, while each of our patients was affected in all 20 nails. (3) Lichen planus is a non-familial and non-hereditary disease, while the disease reported here is inherited as an autosomal dominant trait.
However, only nail biopsy could exclude the possibility of a very unusual variety of lichen planus in our patients. Nail biopsy has not been carried out on any of the familial cases of twenty-nail dystrophy described so far. We performed a nail bed and plate biopsy in two of the four affected members of the family, the 17-year-old proband and his father. Our proband showed non-specific changes of the epidermis (irregularly thickened stratum granulosum, flattened germinative buds) and of the dermis (some degree of vascular proliferation, mild degenerative changes), but no signs of lichen planus. In the father, the degenerative lesions of the dermis were more evident and reactive mononuclear infiltrates of lichenoid appearance were present. These infiltrates had no typical features of nail lichen planus (massive hyperkeratosis of the nail bed, basal cell degeneration with disorders of pigment, band-like infiltrate hugging the epidermis and disrupting its basal layer).
Many 
